If one may assume that the presence of nystagmus indicates a congenital failure of central vision, 11 cases of the 83 are congenital, 2o are stated to be congenital. 30 cases are noted about school age, 9 are not known, and 8 are first noted between 8 and 12 years of age.
(4) Signs and Symptoms.-It is exceptional for the onset of blurring of vision to be noticed.
In few cases is there a history of any improvement or of any marked deterioration of the condition.
Except in Lawson's and Gunn's cases, both eyes are affected. The fundus in all affected cases shows a pale disc with clear cut edges (the pallor being more marked on the temporal half).
In some cases the vessels are normal, and in others they are contracted. Deep cupping is noted in most cases. The remainder of the fundus is normal except in Griscom's cases where he notes some fine scattered retinal pigmentation.
(7) Association with other disabilities.
There is no association with other disabilities. X-Ray of sella shows no enlargement. In one case, a cellular shadow fills the sella. (Fisher.) No case of abnormal adiposity, of diabetes, of hypo-or of hypergenitalism is reported.
Author's Cases It is desired to record two families, totalling over 2950 members, presenting 61 cases of optic atrophy. For convenience in recording, one family has been divided into " family WV " and " family X "; the other is " family Y." The branches are called A, B, C, etc. Family Y is reputed to inter-marry.
The two families live in the same district, but no relationship is claimed. The individuals are healthy, industrious, long-lived, with no family defect other than optic atrophy.
There is no mental deficiency, or obvious endocrine dysfunction.
There are no signs of specific disease and the WVassermann reaction is negative in 6 cases. No case with deafness or with loss of smell or taste is found. The causes of death present no significant factor. I have seen 32 of the affected cases, 22 in their home, 8 as outpatients and 2 as in-patients in hospital.
The 10 hospital patients had a complete examination of C.N.S.' 6 had blood count and Wassermann reaction test, 4 had X-Ray of sella and of sinuses. The 2 in-patients had a 24-hour urine test and C.S.F. examination. These tests showed no abnormality. I have also examined 37 unaffected members and find them normal. Generation (ii) are all dead, but the wife of 9, Generation (ii) is alive, and is able to give me information about the parents Generation (i) with whom she lived for nine years. No. 1 of Generation (i) was a preacher, and used to be able to read the Bible, but always had difficulty in recognising his friends in the street. Glasses did not help him. His wife was illiterate, but wore glasses and was able to see quite well. They were not related before marriage. There were brothers and sisters of whom she can remember little.
The same informant is able to give me the following information about the members of Generation (ii). This has been substantially confirmed by the members of Generation (iii). Colour fields are full in the periphery with 10/330 spot but cannot be recognised with 5/330 spot. There was difficulty in recognising a 20/1000 colour spot, but, with 20/600, colour was recognised more easily at 100 than at 0°. Red and green fields are similar, and both are greater than blue. Acuity of vision in the periphery is as good as that of two normal persons, as tested by minimum visible separation of two 3/330 white spots (50 apart, Discs grey, with deep white cupping. Remainder of fundus normal, but no normal reflex at macula. Urine: no albumin, and no sugar. C.N.S. no abnormality. Wassermann reaction negative. X-Ray: normal sella. Blood count 4,983,000 reds, 6,800 whites. 19L.-Aged 13 years. Began school aged 4 years. She happened to be seated near the board, and had no difficulty in seeing the letters until she moved to the " Big " school at the age of 12 (in September, 1940). She then found she could not see the board, but had previously noticed that her sight had begun to fail in the last two years (since February, 1939), when she was 10. Her periods began in April, 1940. On enquiry, it was found that she had annual tests at school, and she stated that she could read to the foot of the card until June, 1940, when she could only see the top three rows; also, she used to be able to recognise friends in the street, but about two years ago noticed she could not see their faces until they were close. On being asked if she had noticed anything else, replied " I used to Much of her information has been corroborated by Mr. W, the father of 7P, Generation (iv), who was in the same class as 19T, Generation (ii), and remembers the latter having to sit in front at school. Mr. W married 5P, Generation (iii), and remembers her relations well.
GENERATION (ii
Mrs. W (5N) remembers her grandfather very slightly, but has heard her father speak of the former's poor sight, and that he could not get glasses to help him.
She remembers her aunts (2 and 6 of Generation (i)) who always had poor sight.
Her own branch of the family has no eye trouble, and she has heard of none in branches Q, R and S, where there are by now many relations.
13Q of Generation (iii) was able to confirm this, but was unable to say how many first and second cousins she had.
Branch T all went to America and have sent no news. 
GENERATION (iii).
8P.-Aged 65 years. Always had poor sight, which ran in the family, and came from his mother's side. Vision R. 3/60. J.20. Colours +. Vision L. 2/60. Less than J.20. Colours -. Fundus R. atrophy of disc with cup. Vessels normal. Fundus L. cannot be clearly seen owing to lens changes.
9P.-Died at 40 of peritonitis. Married 6D, Generation (iii) of family W. His brother (8P) states that 9P always had bad sight, and his wife knows that he could get no glasses to help him.
13Q.-Aged 46 years. Sight has always been good, and states there is no bad sight on her side of the family. Her cousins have all good sight.
GENERATION (iV).
7P.-Bad sight noticed when she went to school aged about 4 years. She was able to see when seated in front at primary school, but was unable to see the board at secondary school where the boards are higher and not so well illuminated. She can see better outside at night. Thinks sight is somewhat worse in last three years. She taught for a few years at school, but was unable to read the children's writing. Vision R. and L. 6/60. J. 2P.-Aged 4 years. Happy healthy child, full of vitality. M.other is sure her sight is good. Disc-blue-white, R. and L. more marked in temporal half. An attempt was made to test vision and colours. Both appear to be less than normal, but she can recognise her mother at 100 yards. The following 
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There is no evidence of a sex-linked transmission.
In no case did atrophy develop from an unaffected parent. In one case, an unaffected female of family W married an affected male of family Y. Their children were not affected more heavily than those of other branches.
These facts suggest a dominant autosomal inheritance from one parent heterozygous affected. On this point, the author's cases differ from some of the published pedigrees.
In the families, almost without exception, the colour of the iris is blue. It was wondered if the introduction of a brown iris from a healthy parent would affect the transmission. This is not so. 
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(3) Age of Onset.-As no case presents nystagmus, the onset is not congenital.
As the earliest atrophic disc is seen in a case aged 4, it is presumed that the age of onset is about 3 years of age.
HEREDITARY OPTIC ATROIPHY In most cases, onset is not discovered until at Primary school (age 3) or, in a few cases, until at Secondary school (age 7).
One case (19l, gen. iv) gives a history of noticing onset at 10. Her brother (age 18) has noticed no change in vision (which is 6/6) but has one disc of more than normal pallor.
(4) Signs and Symptoms.-Thirty of the 32 cases seen were unaware of defective sight until it was discovered at school, when they had to sit in front. MIost patients claim to see as well, or better, at night. A history of failing or improving sight is exceptional. Glasses do not help. It was noteworthy that no case saw the " Blank" numbers, designed to be seen by the colour blind.
Two of the normal cases were found to be red-green colour blind, but the remainder had perfect colour vision.
Vision in the Dark.-Four cases were tested in a very poor light, and could see nearly as well as in bright daylight.
Pupil Reflexes.-In all cases (except one who has had diphtheria) pupils are circular and equal : they react briskly to light and on accommodation. Consensual reflex is present. There is no hippus. In no case is nystagmus found. The range of eye movements is full and normal. . 
